A case of systemic sclerosis is reported in a 41-yearold male with Klinefelter's syndrome. The significance of this association to the aetiology and pathogenesis of systemic sclerosis is discussed.
Introduction
The association of Klinefelter's syndrome (chromosomal complement 47, XXY) with systemic lupus erythematosus is well recognized (Masi and Kaslow, 1978) . Tsung and Heckman (1974) (Tsung and Heckman, 1974) . Although the Clinical reports possibility that this association is fortuitous cannot be excluded, both systemic sclerosis (annual incidence of 2-7 new cases per million population (Medsger and Masi, 1971) ) and Klinefelter's syndrome (annual incidence of 0 93 per 1,000 live male births (Hook and Hamerton, 1977) ) are sufficiently uncommon for this to be unlikely. The female preponderance of 3: 1 in systemic sclerosis (Kurland et aL, 1969) suggests sex-related host factors in the increased susceptibility of females or, conversely, protection of males. Such factors may explain an association of systemic sclerosis and an XXY chromosome genotype.
It is of interest that a female preponderance and association with Klinefelter's syndrome occurs in systemic lupus erythematosus (Masi and Kaslow, 1978) . Possible explanations include somatic mutation on X chromosomes, increased fetal wastage of genetically normal males predisposed to systemic lupus erythematosus (or systemic sclerosis), infectious agent susceptibility or altered immune responsiveness related to genetic or hormonal status, and direct hormonal effects on the tissues. In addition to the mandatory chromosomal abnormality in Klinefelter's syndrome there are a host of hormonal and biochemical abnormalities (Paulsen et aL, 1968 
